SUMMARY A newborn infant with negative perinatal history and characteristic clinical findings of upper cervical spinal cord section is described. Metrizamide myelography performed on the 7th and 22nd days of life was negative. Peroneal somatosensory evoked responses showed a conduction block at the cervical level. Necropsy revealed a haemangioblastoma extending from levels Cl to C5. On admission to the newborn intensive care unit, physical examination revealed marked hypotonia, absent deep tendon reflexes in the four limbs, and lack of spontaneous movment and respiration. No malformations or neurocutaneous stigmata were observed. No masses, liver or spleen enlargement were felt on palpation. There was no family history of neuromuscular disorders, retinal disease or tumours in the cerebellum or spinal cord. Chest radiography and routine laboratory tests were normal after a period of adjustment to mechanical ventilation. Cerebrospinal fluid contained 450 red blood cells with 0-97 g/l of protein and 0-73 g/l of glucose. Seven hours after admission she developed tension pneumothorax. After surgical drainage, persistence of fetal circulation syndrome was detected, requiring sedation and curare administration. Cerebral transfontanelle ultrasound study performed a few hours later was normal.
SUMMARY A newborn infant with negative perinatal history and characteristic clinical findings of upper cervical spinal cord section is described. Metrizamide myelography performed on the 7th and 22nd days of life was negative. Peroneal somatosensory evoked responses showed a conduction block at the cervical level. Necropsy revealed a haemangioblastoma extending from levels Cl to C5.
Since first described by Parrot in 1870,1 the aetiology of spinal cord section syndrome (SCSS) in the neonate has been almost always associated with trauma during delivery.2 3 Better obstetric care and particularly the practice of prophylactic Caesarean sections in difficult cases with breech presentation has led to a decline in the number of birth injuries. However, the incidence of SCSS has not decreased proportionally, and factors other than birth trauma have proved to be responsible in some cases. 45 We present the necropsy findings of a spinal haemangioblast4ma in a newborn with upper cervical SCSS, which to our knowledge has not been reported previously. Congenital spinal cord haeniangiohlastomca hyperextension of the neck. The former is characterised by flaccid weakness and arreflexia in the lower limbs, with varying degrees of upper limb involvement and frequent Thorburn posture (arms held in strong abduction at the shoulders, with flexion at the elbows and wrists); sensory level is in the upper trunk. Sphincters are involved and there is paradoxical breathing. In the second syndrome, physical examination reveals flaccid tetraplegia with arreflexia, lack of spontaneous respiration and neck pin-prick sensory level. Facial and extraocular movements are spared.
Upper cervical spinal cord section was diagnosed in our patient five days after birth, when curare was discontinued. Cephalic delivery, negative neuroradiologic findings and lack of perinatal trauma, made trauma an unlikely cause. However, sparing of the facial and extraocular muscles, absence of tongue fasciculations, normal nerve conduction velocities, normal muscle biopsy and the detection of a conduction block by somatosensory evoked responses ruled out other diagnoses.
Myelography is the method of choice in the diagnosis of spinal cord lesions. Magnetic resonance imaging'0 could not be performed in our patient owing to her clinical condition. However, it was possible to obtain direct sagittal cuts on CT scan, a procedure which may be helpful and complementary after myelography in the newborn. Somatosensory evoked responses as in the case published by Bell, " were helpful in demonstrating a conduction block at cervical level, since neuroradiological studies were negative.
Congenital central nervous system tumours are rare and are mainly gliomas or teratomas, followed by meningeal tumours, neuroblastomas and medulloblastomas. 2 The finding of a congenital spinal capillary haemangioblastoma is exceptional.
This tumour is usually located in the cerebellum and occurs mainly in young and middle-aged adults. A spinal cord location is second in frequency followed by the medulla and some exceptional supratentorial cases.33-15 It can be associated with other lesions or tumours as in von Hippel-Lindau disease, and family incidence has been reported in a high percentage of cases. 16 -18 To our knowledge, congenital intracranial haemangioblastoma has only been reported once,'9 and from all the published cases of spinal cord haemangioblastoma none was encountered in neonates.20 21 We are grateful to Drs M Rovira and F J Romero for 1093 the neuroradiological studies, to Dr C Ruiz de Miguel who performed the general post-mortem examination, to Dr M Olesti for the neurophysiological examinations and to Miss Christine O'Hara for improvement of English style in the manuscript.
